atrophic or cystic-appearing bilateral foveal changes. Despite having foveal lesions and variable degrees of lens opacities most patients maintained central visual acuity of 20/60 or better until their middle 30s.
von Graefe (1858) was first to report the association of retinitis pigmentosa and congenital hearing loss. Subsequent reports, including those by Usher (1914) and Hallgren (1959) Although isolated reports refer to loss of central vision with increasing age in patients with Usher's syndrome (Merin et al., 1974; Bergsma, 1976 ;*' Abraham et al., 1977) (Fishman et al., 1977a, b These patients did not, however, show atrophic changes directly within the foveola but rather towards the margin of the fovea. The remaining 12 patients showed atrophic-appearing changes that involved the foveola, and they had visual acuities of 20/60 or less in each eye.
One patient (2 %) showed bilateral cystic-appearing foveal lesions that were not associated with leakage of fluorescein dye from perifoveal capillaries on angiography (Figs. 4 and 5) . Since an intact internal limiting membrane was not evident on slit-lamp Black spot in centre ofphotograph is artefact biomicroscopy, these cystic-appearing lesions would most accurately be classified as partial-thickness holes. Even in the absence of lens changes visual acuity was reduced to 20/50 and 20/60 in the right and left eyes, respectively. Six additional patients (13 %) showed cystic-appearing lesions accompanied by leakage from perifoveal retinal capillaries. In 4 of the 6 patients the cystic changes were subtle enough to be missed on superficial examination by direct ophthalmoscopy and were only suspected by contact lens examination and subsequently confirmed by fluorescein angiography (Figs. 6 and 7) . In the absence of lens opacities in 4 of these 6 Table 1 ). These latter patients were, as a group, older than those with less extensive atrophic-appearing foveal lesions and less-extensive lens opacities. Four of the 6 patients with cystoid macular oedema were less than 20 years old and showed no clinical evidence of posterior subcapsular lens opacities. The other 2 patients were 47 years and 51 years, respectively, and both showed extensive (+2 or greater) posterior subcapsular cataractous changes.
The data shown in Fig. 8 , which depict visual loss with age, are helpful as a general guide when counselling patients with Usher's syndrome as to the potential for visual loss with age. This type of information has important implications for vocational training.
The value of such data would be enhanced by the pooling of similar observations from several different investigators if a larger sampling within older, as well as younger, age groups could be obtained.
